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Accessory scrotum is a rare perineal anomaly often associated with perineal mesenchymal tumors. We
described the case of a male infant who had accessory scrotum with perineal lipoblastoma and a low-
type imperforated anus. Only three cases that had a combination of these three conditions have been
reported before. A discussion of the likely etiology is also included.
 2014 The Authors. Published by Elsevier Inc. All rights reserved.Accessory scrotum is a rare congenital malformation seen in the
perineal region. First reported by Kimura in 1930 [1], only about
ﬁfty cases have been reported globally since. Accessory scrotum is
deﬁned by three factors; a location caudad to the scrotum, it con-
tains no testis, and the histological feature of the overlying skin is
compatible to that of normal scrotum [2,3].
Associated deformities of accessory scrotum include perineal
mesenchymal tumors (including lipoma, lipoblastoma and hamar-
toma), biﬁd scrotum, anorectal malformation and hypospadias
[4e6]. Mesenchymal tumor is the most common associated legion
with an incidence rate of 83% [4].
Among these cases, only three incidents of anorectal malfor-
mation have been reported in English literature [7e9]. Here, we
report a rare case of accessory scrotum with perineal lipoblastoma
and imperforated anus.BY-NC-ND license (http://
þ81 3 3416 2222.
, tm99411057@yahoo.co.jp
Published by Elsevier Inc. All right1. Case report
The patient was a full-termmale deliveredwith a birth weight of
3320 g. He was the ﬁrstborn of two healthy parents who have no
family history of congenital anomalies. Maternal gestational history
was unremarkable. The patient was referred to our hospital with
anorectal malformation and perineal anomalies (Fig. 1). The line of
median raphe was curved to the right, which seemed to be
oppressed by a subcutaneousmass (3 cm in diameter) located at the
perineal region. The mass had a smooth surface and was soft in
palpation. There were an abnormal skin protrusion which was
rugged, pigmented and resembled the scrotal skin on the edge of
the perineal mass. Other urogenital anomalies were not found;
scrotum was located normally and contained two descended tes-
ticles. However, the patient had anorectal malformation with no
apparent anal opening (Fig. 1). Perineal ultrasonography revealed a
distance of 1 cm between proctodeum skin and the blind end of the
rectum. Invertography showed rectal air situated lower than I-line;
detailed observation of the perineum revealed that the line of the
curved raphe was ﬁlled with meconium, which was thought to be a
ﬁne ﬁstula (Fig. 1A). Subsequently, ﬁstulography through the ﬁstulas reserved.
Fig. 1. Perineal appearance before operation. A: Median raphe shifted to the right and subcutaneous mass located near the center of the perineum. Anal opening was not recognized.
At the edge of the mass, a skin protrusion with a rugged surface, resembling that of scrotal skin (accessory scrotum), was seen. B: A ﬁstulogramwas taken via a catheter inserted into
the rectum from the ﬁstula at the median raphe. Contrast medium reached below the I-line and low-type anorectal malformation was diagnosed.
Fig. 2. Perineal appearance at operation. A: Skin incision was set at the midline of the perineum. B: Ventral side of the external sphincter was divided at the midline and the rectum
was pulled through the space. C: Resulting appearance of the perineum after anterior sagittal anorectoplasty.
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ﬁstula (Fig. 1B).
The patient underwent surgical resection of the subcutaneous
mass and accessory scrotum, together with anorectoplasty, at four
days of age. Before surgical treatment, it was difﬁcult to deﬁne the
location of the center of the anal sphincter muscle due to the
subcutaneous mass located just above the center of the anal area.
However, after the removal of the subcutaneous mass, the distri-
bution of the anal sphincter muscle was well deﬁned by electrical
stimulating system. Following that, anterior sagittal anorectoplasty
was performed (Fig. 2AeC).
Histopathological examination revealed normal scrotal skin in
the accessory scrotum and adipose tissue with some lipoblasts in
the subcutaneous mass; ﬁnal diagnosis was accessory scrotumwith
perineal lipoblastoma. The post-operative course was uneventful.
One year after tumor resection, no evidence of recurrence was
found.
2. Discussion
In the three cases of accessory scrotum with mesenchymal tu-
mors and anorectal malformation [7e9], the tumors wereTable 1
Reported cases of accessory scrotum associated with anorectal malformation and mesen
Case Author Sex Anorectal malformation Mesenchymal t
1 Villarreal [8] M Rectourethral ﬁstula (high type) Hamartoma
2 Ozcan [7] M Anocutaneous ﬁstula (low type) Hamartoma
3 Ramzisham [9] M Rectourethral ﬁstula (high type) Hamartoma
4 Takahashi M Anocutaneous ﬁstula (low type) Lipoblastomapositioned near the center of the perineum. The opening of the
cloacal membrane was likely to be disrupted in the early stage of
gestation, resulting in anorectal malformation. Including our case,
two cases were low-type anorectal anomaly, while the other two
cases were high-type anomaly (Table 1).
While the etiology of accessory scrotum remains unclear, several
hypotheses about its development have been proposed. Lamm [10]
believed that early division of a labioscrotal swelling, with subse-
quent abnormal migration of the inferior portion, resulted in an
accessory scrotum. Takayasu [11] hypothesized that a teratoid
growth of the pluripotential analog of the labioscrotal swellings
was responsible for the accessory scrotum. In view of the high as-
sociation with perineal lipoma, Sule [4] believed the accessory
labioscrotalfold usually developed as a consequence of intervening
mesenchymal tissue (i.e., the developing lipoblastoma) disrupting
the continuity of the caudally developing labioscrotal swelling. In
our case, Sule’s theory can be employed to explain the etiology.
Furthermore, it was suggested that if the mesenchymal tumor
was situated at the center of the perineum, the developing
mesenchymal tissue can interrupt normal anorectal development
at around eight weeks of gestation when the cloacal membrane
opened.chymal tumor.
umor Accessory scrotum Surgical procedure Other anomalies
Midline PSARP Biﬁd scrotum
Midline PSARP Biﬁd scrotum hypospadias
Midline PSARP e
Midline ASARP e
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malformation is well described by Shaul [12]. Most of these lesions
can be excised completely without injury muscle complex around
the rectum if the dissection of the mass is carefully done. Surgical
removal of accessory scrotum is usually easy, but if it has a large
base the use of a skin ﬂap may be required to cover the cutaneous
defect after removal of the lesion [6]. In our case, both perineal
lipoblastoma and accessory scrotumwere easily removed with the
preservation of the muscle complex during anterior sagittal ano-
rectoplasty without using a skin ﬂap.
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